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BrepBhie B HayyHOH MeJMILIMHCKOH JIHTepaType NosiBUJach HHGoOp-
mauus o cuHapome Bpyrama B 1992 romy, korna Gpaths Pedro u Josef
Brugada ony6ankoBanH 0co6eHHOCTH KIHHHKO-KapAHOrpapH4ecKoro CHHA-
poma y 8 naumenToB (6 MyXuHH H 2 XeHIIMHb), HMEBLIMX B aHaMHese
CHHKOMNaJIbHbIe COCTOSIHUSA H STTH30/Ibl KIMHHYECKOH CMEpTH, Ha (hoHe HCKIIIO-
YeHHs] OpraHHYeCKHX HM3MeHEeHHH CO CTOPOHHI CepAua.

Cunppom Bpyrana cran npuBiekaTh BHHMaHHe M BheasThes ¢ 80-x
ronoB XX Beka , korga B CIIIA saperscTpHpoBaJ¥ JOCTaTOYHO BEICOKHMH
YpOBeHb CHHAPOMa BHE3alHOH CMEepPTH cpeid MoJoAmx Jjul (cuumpoM
BHesanHo# Heo6paTumo# cMeptd — sudden unexplained death syndrome)
B HekoTOphiX cTpaHax IOro-Boctouno#t Asum (25 ma 100 000 uesnosek)
[17,41]. B nacrosimee Bpems cymecTsyer MHeHHe, uTo 50% ciyuaes
BHe3alTHOH CMepPTH Cpe/id NalieHToB 6e3 opraHHYecKHX MopaX<eHHH cepAua
B 5TOM perxoHe BhHISBaHO cHHApomoM Bpyrama [13].

OTH Xe aBTOPHl CYHTAIOT TPYAHHIM BONPOCOM BHISIBJIEHHE peasbHOH
pacrnpocTpaHeHHOCTH CHHApoMa Bpyrana BBHAY OTHOCHTEJbHOH HOBH3HHI
ONHCaHHA JaHHOTO CHHIPOMA H HaJIMYHSA er0 HHTEPMHTTHPYIOIIHX, CKPEITHIX
¢opM, 3aTpyIHSIOIMX KIWHHKO-HHCTPYMEHTaNbHYIO AHarHOCTHKY HAaHHOH
narosioru [3]. Ha coBpeMenHoM sTane Mequuuns cHHApoM Bpyrana Hash-
BalOT KAUHUKO-9AeKMpPOKapOuozpagpuueckum CUHOPOMOM, XapaKTepH3YIo-
IUMcsT 06MOPOKaMHM M SMH30JaMH BHE3aHOH CMEpPTH y MalueHToB Ges
OpraHHYeCKHX H3MeHeHHH B cepAlue, NPOSABJIAIONLIMMCS Ha SJeKTpoKap-
nHorpamMMme 6JI0KaJioi NpaBoH HOXKH Nyuka ['mca, nogbemoM cermenTa ST
B npaBeX rpynHeiX orBefieHHsx (V,—V,), KoTophe Moryr TpaHSsHTOpHO
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ycyeaaTh ¢ BOSHHKHOBEHHEM Ha STOM (oHe SIH30/0B noJIMMopHON XKeJy-
JOYKOBOM TaXHKapAHH (KT) ¥ puOPHIIALKH XKeJYNOYKOB, 06YCJIOBIH-
BAIOUMX KJHHHYECKYIO KapTHHY.

Tlpn aHaiH3e PaclpoCTPaHEHHOCTH snempoxa;.)nuorpaqmqecxux
KpHTepHeB CHHApOMa Bpyrana B Besbrun (o6nacts Flemisch ¢ HacesenneM
6 MJH YeJOBeK) yCTaHOBJIEHO €ro HalHyHe B 23 ceMbsiX, COCTOSIIIAX H3
Gonee 300 uneHoB; 13% Bcex H/IeHOB CeMbH HMEJH XapaKTepHYIO KapTHHY
JKT, u yacToTa CHHPOMa cocTaBHia 1 Ha 100 000 xwuTenen sTol ob6aacTu
[7,13].

ITo naHHBIM SIOHCKHX aBTOPOB, Ha OCHOBaHMH aHamusa 22 027 KT
B MX MONYJSILHH PacNpOCTPaHEHHOCTh THIHMYHOro cHHAapoma Bpyrama
coctasuaa 0,05-0,6% y Bapocabix [40,57] u 0,0006% y neteit npu aHanuse
163 110 KT [7,27].

CMepThb HacTynaeT NpeHMyIleCTBEHHO HOYbIO; [IPH 3TOM Ha ayTOICHH
He BHISIBJIieTCS IATOJOTHH MHOKapjia HJIM KOPOHapHBIX COCYNOB. 3HayH-
TeJbHas PaclpoCTPaHEHHOCTh CJlyyaeB HOYHOH BHe3alHOH CMEepTH B MOJIO-
JOM BO3pacTe ycTaHOBJeHa B cTpaHax IOro-Boctouno# Asunu (B rog ot 4
po 10 cnyuaeB BHesanHo# cmepTH Ha 10 000 xurtesedr; B Jlaoce 1 Ha
10000 xurenesr, B Taunange 26-38 na 100 000 xureneit) [13,38]. Jlionei,
yMepliux Bo cHe, Ha PuiunnuHax HaswiBaoT Banrynryr, B fnomum —
TTokkypy, B Taunange — Jlan Tau [7,13,54]. Yeranosneno, uto xpome
BhIXOALEB M3 cTpaH BocroyHo# Asum, cunnpom Bpyraga B EBpone yacto
BHISIBASIETCS Y BHIXOAUEB H3 cTpaH Bocrounoi Espons (¢kaBkasckuiis
STHHYECKMH THI) M KpalHe peflko oTMmeuaeTtcsi y adpo-amMepukanues [37].

ITpu npoBenenny aHanusa 12 000 KT B knunuke CeBepHo#t Kaposu-
ubl (CIIIA) y nmauueHTOB 6e3 MaTOJNOTMHM CepAua GbIM YCTaHOBJEHH
U3MeHeHHsl, XapaKTepHele 115 cHHIpoMa Bpyrana, y 52 (0,43%) nauuenTon
[36], 6omee HHM3Kas YacTOTa BHISIBISIEMOCTH YCTAaHOBJEHAa B KJHHHKaX
fInonuu y 8612 MueHTHYHHIX nauxeHToB; cpend HUX DKI npuaHaKH GhLIH
o6napyxens y 12 (0,14%) 6GosbHBIX.

B HacTosilee BpeMsi HEKOTOphle aBTOPLI CYHTAIOT CHHApoM Bpyrama
«[IepBUYHOH» 3JIeKTPHYEeCKOH 60JIeSHBIO cep/lla, pa3BHBaIOLIENHCS BCJIEACT-
BHe aHOMaJIbHOH SJIeKTPO(PH3HOJNOrHUECKOH aKTHBHOCTH SMHMKap/a NpaBoro
)KeJlyoyKa B 06JacTH BHIHOCSIILEr0 TpaKTa [21,48].

JlokasaHo, 4TO reHeTHYeCKOH OCHOBOH cHHApoMa Bpyrajma siBisercs
myTtauus reda SCNSA Ha KopoTkoM mueye 3-ii xpomocomel 3p21-24 [59],
OTBETCTBEHHOro 32 ()YHKUMOHHPOBaHHE HAaTPHEBBIX KaHAJOB KapAHOMHO-
uUMTa. DTOT reH KOAMpPYeT CTPYKTypy 6eifika o-cyObeIWHHIBI HaTpPHEBHIX
KaHaJIoB, 06ecreyHBalOLIMX HaTPHEBbIH TOK NoTeHUHaa aericTBys [6,46,50];
oH o6ycioBauBaeT okoso 20% ciyuaeB sabosieBaHus. [eHeTHYECKH feTep-
MHHHPOBaHHOEe YrHeTeHHe BXOJSALIEro HaTPHEeBOro TOKA MPHBOAHUT K YKOpO-
yeHHI0 1-2 asel TpaHCMeMOpaHHOrO NOTeHIMaNa JEHCTBHS B KJIETKaX SIH-
Kap/ia BHIBOZHOrO TPaKTa MPaBoOro XeJyno4kKa, YTO CIoCO6CTBYeT aCHHXPOH-
HOH penoJIIpH3allMHd NPaBOro XKeJYAOoYKa, ONpeNeJAloled ero 3JeKT-
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pHYECKYI0 HeCTa6HJIBHOCTb M apATMOreHHyI0 roToBHOcT [7,11,13,37,43,44].

Tun Hacaenosanus y 25% cemeir ¢ cunzpoMoM Bpyraga umeer
ayTOCOMHO-JIOMHHAHTHBIH XapaKTep C pas/M4HOHA SKCIIPECCHBHOCTBIO MPOSIB-
nenusi nopaxkenus rexa [11]. flo 50% noToMKoB MaUMEHTOB C CHHAPOMOM
Bpyraga sa6oseBaioT HaHHOH matosoruei. B 25% cayyaes Hacaenct-
BEHHOCTb NATOJIOTHH HesicHa, a B 15% cJyyaeB GosbHBle He MMEIOT XapaK-
TEpPHOT0 CeMeHHOro aHaMHesa, YTO OOBACHSAETCS HaIHYHEM CIIOPaiHYecKHuX
mytaumit [37]. JlokasaHo, uTo MyTauMs reHa, NpHBoAsiulas K MOTepe
(GYHKUMH KaHaJoB, CO3/laeT reTeporeHHOCTh pepaKTEepHLIX MEepHONOB —
YCJIOBHS I/ PasBHTHS MeXaHHsSMa re-entry M >XeJyJOYKOBHIX apHTMHH:
BO3HHKHOBEHHIO YrpOXalOIIUX XXH3HH XXeNyN0YKOBOH TaXHKapAuH H
(HOPHIUIALMH XKeJYNOYKOB Yy STHX NalMeHTOB, KaK NPaBHJO, MpeJliect-
BYeT npeXJAeBpeMeHHOe COKpallleHHe XeJyI0YKOB C HHTepBaJIOM CLEIIeHHS
388+28mc [3,28].

Ilpu perncrpaunn K[ oT snu- ¥ SHAOKApAa NPaBOTO XKEJyHouKa y
nauxeHTOB ¢ cHHApoMoM Bpyrazma u c coved type moxwemom cermenTa ST
OT SMMKapAa ObUI BLISIBJIEH NMOTeHUHMan AeicTBHS ¢opMbl spike-and-dome
(emmn ¥ Kymoss), a MOTeHUMas JEHCTBHSI OT SHAOKApAAa He OTJIMYAJICS OT
TaKOBBIX B KOHTpOJie, YTO TOBODHJO B MOJb3y INpOSABJEHHSH
TpaHCMypaJIbHOTO IpafiieHTa HanpsiXeHHs. B cBolo oyepens KOH(HUrypauus
¢UIMN ¥ KYNOJ» TaKXe YAJHHsSeT MOTeHIUHaJ JeHCTBHS SNHKapaa H
croco6eTByeT GLICTPOM peBepCHH TpPaHCMypaJbHBIX IPafiHeHTOB, NPHBOAS
k peructpauuu Ha DKI uuBepTHpoBanHoro sy6ua T [3,20,39]. Onmako
¥MeeTCs MHEHMe, YTO NpPHYHHOH noabeMa cerMeHTa ST aABAsieTcH
napajioKcajbHOe COKpallleHHe penoJisipH3alliHd B SMHKapje, BBIHOCSILEro
TpakTa npaBoro xeaygouka [21]. INpexnonaraeres, yto cunapoM Bpyrana
MoXeT OBITb BBI3SBaH M JPYTHMH He HIeHTH(OHUMPOBAHHHIMH MYTALHSMH.
Onucan GecCHMNTOMHBEIH BapHaHT CHHAPOMa, BBISBAHHOTO INIPH MYTAallHH,
NpUBOASIIEH K HapylIEeHHIO CBSISH KaJbMOAYJIHHA C HATPHEBLIM KaHAJOM —
NoCJe[HAAS BhI3bIBAaeT HapylIeHHe MOAYJSIMH PHTMa paboThl HaTPHEBOro
KaHajla HOHaMH Kaabuus [52].

B nuTepatype omucaHm cembH [24], rme o6Hapyxena MyTauus
(1795insD), KoTopasi MOXeT BHI3HBaTh OJHOBPEMEHHO CHHIPOM YJJIH-
HeHHoro HHTepBana QT u cunapom Bpyrana. Ha doHe BBeseHHs GOJBHBIM
C CHHAPOMOM yanuHeHHoro uHtepBana QT (Tperpero THna) diekamHuna
TNPOHCXOHJIO YKopouyeHHe HHTepBana QT, npyu 3TOM y HEKOTOPHIX MalLHeH-
ToB Ha JKI" oZlHOBpEeMeHHO perHcTPHpPOBAJIMCH NPU3HaKK CHHApoMa Bpyrana
[44].

B ocHoBe muarHocTHKH cuHApoMa Bpyrama sexut meton KT, npu
KOTOPOM PEerHCTpHpYIOTCS PU3HaKK 61oKazsl (I0/IHOM ¥ HeIoMHOM) NpaBoi
HOXKH nyuka ['Hca u noxbem cerMenta ST B oTBesennsax V, — V, Ha
doHe cooTBeTCTBYIOLIEH KIMHHYECKOH KapTHHE (CHHKONANbHEE COCTOSHHS
¥ SIH30/IBl BHE3AMHON CMepTH). Y cTaHOBIEeHO, 4To 0Kosio 80% nalueHTOB,
NepeHecIinX BHEe3alHYl0 CMepTh, B aHaMHe3e HMeJIH CHHKONaJbHLIE COC-
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rosuus [44], B TXKeneHmwMX cydyasX oOMOPOKH Y YacTH GOJbHBIX MOTyT
COMPOBOX/AATLCA CYAOPOXKHBIM CHHAPOMOM [42,55].

[lo nanHeM aBTopoB [55], y psAna GoNbHBIX NMPHCTYNH NMPOTEKaOT
Ges MoTepH CO3HAHHS M XapaKTEPH3YIOTCS BHE3aNHLIM HaCTYIUIEHHeM
peskoii cJia6ocTH, G/IeIHOCTbIO, MOSABJICHHEM nepeboeB B pa6oTe cepaua
WM TOJMBKO cepueGHeHHsiMH. B npeo6iafaiomiem Go/bIIHHCTBE CIy4yaes
KJIMHMKa cuHapoma Bpyraja o6yc/oBNHBaeTCs pasBHTHEM XKely[04YKOBOM
TaxUKapAHH HIH (GUOPHJISUMH XXeJy/l04yKOB [35].

Anu3ofsl XeJYAOYKOBBIX apHTMHHA BO3SHHKAIOT KaK Yy B3pOCJBIX
[alMeHTOB, B IETCKOM BO3pacTe, TaK M Y JIML MOXHJIOro Bospacrta [44,51].
ABTOpEI OTMEYAIOT [1Ba THNA Mofbema cermenTa ST npyu cunnpome Bpyrana
«CBOJI» M ¢CeJlJIO»; HMeeTCsl B3aHMOCBS3b MeXX/ly THIIOM NOAbeMa CerMeHTa
ST 1 BOSHHKHOBEHHEM XKeJlyIoYKOBLIX HapylieHu# puT™a. [TogneM cermenTa
THIA «CBOJ» IOCTOBEPHO NpeobyafaeT y 60JbHBIX C CHMITOMaMH NaTOJIOTHH,
y KOTOPHIX B aHaMHese €CTb YKasaHWs Ha (HOPHIUIALMIO XKeJyJIOYKOB H
CHHKONaJbHble NPHCTYNH, Gojiee TOro y STHX MALMEHTOB 3HAYHMTEJLHO
yaule HaGiiofaeTcsl BHe3almHas CMepTh B CPaBHEHHMH C NalUHeHTaMH, y
KoTophiXx mpeob6iajaeT moabeM cermMenTa ST THma <¢cefsio» M yaule
oTMeyaeTcsi 6eCCHMNTOMHBIN BapHaHT cuHapoma Bpyrana [3,14].

JKenynoukoBasi TaxWKapAus M (QUOPHINAUMS Yallle BO3HUKAIOT BO
BpeMs OTAbIXa MJH CHa, MpH Gpamukapiuu [14], ogHako onu moryr
BHI3BIBaThbCSl (H3HYECKOH Harpyskod, mocje npuHeMa ajJKoroJs,
runeprepmueit (mxopankoit) [26]. XKenynoukossie apuT™MUK B 3aBHCHMOCTH
OT BpeMEeHH CyTOK Yallle BOSHHKAIOT HOYLIO — 93,3% cayyaes, Bo BpeMs
cHa — B 13,3%, nHem — B 6,7% caydaes, 4To MOATBepXAAET THNOTE3Y O
Ba)KHOM POJIM TNOBHINIEHHS] TOHYCa NapacHMNAaTHYeCKOH HEepPBHOH CHCTEMHl
B Pa3BUTHH (paTaNbHBHIX APHTMHH H CHHXXEHHHM TOHYCa CHMIaTHYeCKOH
MHHepBall¥H B apHTMOreHese NnpH cuHapome Bpyrana [3,7,13,31]. Cuuralor,
yTo B GOJIBIIMHCTBE clyyaeB (GUODHIIALHS HauHHaeTcsd ¢ (peHOMeHa
«xackafas short — long—short (SLS) — nociegosaTensHoro yepenoBaHus
BHE3aNHoOro ykopoyeHusi putMa (short) BeiiecTBHe cynpaBeHTPHKYAAPHOHK
HJIH JKeJYAOYKOBOH SKCTPACHCTOJbI, MOCTIKCTPACHCTONHYECKOH MaysHl
(long) u moBTOpHOM XenynoukoBo# skeTpacucToun (short), mocie koTopoit
sanycKaeTcsl TaXHKapMsl THNa emupysTs [7,13].

Ha coBpeMeHHOM 3Tane MeJULHMHCKOHA HayKH BBIIEJSAIOT CJeLYIOLIHE
KJIMHHKO-3JIeKTpoKapaxorpaduyeckue ¢opmel cuuapoma Bpyrama [7,13].

I. Tlonnas ¢dopma:

o TunuyHas DK KapTHHA B COYETaHHH C CHHKONAJIbHBIMH, IIPENCHH-
KOTaJbHEIMH COCTOSIHHSIMH, CIyYasiMH KJIHHHYECKOH MJH BHe-
sanHo# cMepTH (0co6eHHO B HOYHOEe BpeMs) BCIENCTBHE IOJH-
MOP(HOA XKeJyIOYKOBOH TaXHKapJHH.

II. KnuHHuYeckHe BapHaHTH:

o TunuyHas KT KapTHHA y «aCHMIITOMHEIX» 60JILHEIX, 6e3 ceMeHHOM
HCTOPHH BHE3aNTHOH CMEpTH;
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e TunuuyHasg DKI KapTHHa y «acHMNTOMHBIX» GOJIBHBIX, YJIEHOB
cemel GOJBHBIX C MOJHOA (OpPMOJ CHHAPOMA;

e tunuyHas IKI KapTHHA nmocJe npoBefeHHs] (PapMaKOJOrHYECKHX
TECTOB y ¢«aCHMITOMHBIX» YWIEHOB ceMeli GOJIBHBIX C MOJHOH ¢op-
MOH CHHIpOMa;

o TunuyHas DK KapTHHa mocJie NpPOBeeHHs (apMaKOJOTHYECKHX
TecTOB y GOJIbHBIX C NMOBTOPHBIMH CHHKOMAJLHBIMH COCTOSTHHSIMH
HJIA HMHONaTHYeCKOH (HOPHIIALMEH >KeNyIO0uKOB.

III. SnexTpokapauorpaduyeckye BapHaHTHI:

o TtunuyHasg SKI kapTHHa: GroKaja npaBoi HOXKH myuka [Hca,
sneBauus cerMenTa ST M yanuHeHHe HHTepBana P-R;

® THUMHYHas sJeBauus cermeHnTa ST, Ho Ges yIJIHHeHHs HHTepBana
P-R u 6okajnl npaBoi HOXKH myuka [Hca;

e HernosHas 6JoKaja NMpaBoH HOXKH myyka ['Hca ¢ ymepenHo#
aneBauuel cermeHnra ST;

® H30JIHPOBaHHOE yIJHHeHHe HHTepBaia P-R.

Tabauya 1

Tunsr cosuzos Ha 3KI npu cundpome Bpyzada no A.Wiede et al., 2002

H”;;Z;n“ 1-# THO 2-if THO 3-H THI

AMmuTyaa 5 7 T

TOYKH J MM

OTPHUATENIEHBIA
Sybenl: OTPHLATENbHEIH vl NOJOXKHTENbHBbIH

K::rﬁzxa;}u kynonooGpastas CelIoBHIHAS Ce/UIOBHHAS
Kggz:::aqg? IUTaBHOHHCXOAAILAS noxeeMm 21 MM nomseM < | MM

YcTaHOBIEHO, "4TO NPH NpOBeleRHH NMPOGH C I03HPOBAHHON (H3H-
YecKoH¥ Harpysko# M JieKapcTBeHHOH Mpo6hl cHMnaToMHMeTHKaMH SKI
NposiBJieHHs CHHApoMa Bpyrajga ymeHslaiTcs, B TO BpeMs Kak NpH
MPOBEJIeHHH NPOGH C Me[JIEHHBIM BHYTPHBEHHEIM BBeJleHHeM aHTHApHT-
mMuyeckux npenapatoB IA u IC knacca, GJIOKHPYIOLUMX HAaTpHEBHH TOK
(runypurt™an (afimanun) B nose 1 mr/xr, HoBokaunamup (IpoKaHHAMuL)—
10 mMr/kr, (arexaunun —2 Mr/ Kr), oHM yBenuunBaoTcs. OHAKO HEOGXOMHMO
ydecTb, YTO NMPH NPHMEHEHHH BHILIEyKasaHHHIX NpernapaToB MOTYT pasBH-
BaThCS ONIaCHBHIE XXeJy[0YKOBBIE TaXHAPHUTMHH, BKIOYas ¥ (QHOPHIIALMH,
M [IOTOMY NPHMEHEeHHe STHX NPEenapaToB AOJKHO NPOBOAHTECS B YCIOBHAX
TOTOBHOCTH OKa3aHHMs SKCTPEHHON IOMOINM MJM NpOBeJeHHs peaHHMa-
LMOHHBIX MaHHNyasuu# [58].

VMeloTcsl peKOMeHJIalMH K MPHMEHEHHIO BHICOKHX NPaBHIX IPYXHBIX
OTBeJIeHHH, 3aperuCTPHPOBAHHEIX Ha OJHH WJH [Ba MeXpeGepHHIX Mpome-
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yTKa BBILUE CTaHAApTHBIX. [TpH HCCIIeJ0BAHNH 60JIbHBIX, peaHHMHPOBAHHBIX
nocJie BHESamHOM CMepTH HesCHOH STHOJOTHH, H MX POACTBEHHHKOB
npusHaku cuHapoma Bpyraja Ha cranaaptHo# DKI Gbl¥ 3aperncTpHpOBaHbl
B 69,2% cayuyaeB U B 3,4% — y ux poacTBeHHHKOB. C npuMeHeHHeM
BLICOKHX MPaBbIX PYAHBIX OTBEJeHH} YacTOTa BHIABJIEHHs Y HUX CHHIPOMa
Bpyraza cyumectsenHo Bospactana (mo 92,3 u 10,2% cootsetcrBeHHo)
[47]. TIpu npoBefeHHy NMpOGhI C THAYPHTMAJIOM, KpoMe XapakTepHhix SKI
npusHakoB, JI.M.MakapoB H COaBT. ('2002) OTMeTHAH nosiBieHne EW —
yMepeHHO BBIPaXXeHHOH B PaBbiX NPEKAPAHA/bHEIX OTBEAEHHSX — PHSHAKa,
XapaKTepHOro /Uil apUTMOreHHOMH JIMCIIa3KK TIPaBOro JKeJy/I0uKa, B OCHOBE
KOTOpOro JIEXXHT 3aMe/l/IeHHe BOJIHEI IeN0JIsipH3ali B 06/1aCTH BBIBOJHOrO
TpaKTa npaBoro ejynouka [32, 33].

JuddepeHuHaNbHYI0 JHAarCHOCTHKY CHHAPOMa MNpPOBOAAT ¢ 3ab6oJieBa-
HHSIMH, KOTOpble MPOSBJAIOTCS CXOAHBIMH KiuHHYeckuMH ¥ DKI nposisie-
HHAIMM: CHHAPOMOM YJJIHHeHHOro HHTepBana QT, apTHMorenHo# nucnnasuei
MpaBoro XeJayao4yka, KapAHOMHONaTHeH, MHOKapauToM Yaraca, 6oJsiesHbio
Steinert, onyxonsimu cpefocrenusi, UBC, cunapoMoM paHHel penoasipusa-
LM JKeJYNOYKOB, SIHJIENCHeH W APYTMMH CHHKONAJbHBIMH COCTOSIHHSMH
[7].

B MeMKaMeHTO3HOH TepanuH cHHApoMa Bpyraaa ucrnoassyoTes Kaac-
CHYecKHe aHTHapHTMHYeCcKHe npenaparth, o6ecneyrnBaomye spdext B 60%
cayyaeB. [eHeTHYECKH IeTePMHHHPOBaHHOE NOpa)KeHHe HATPHEBBIX KaHAaJIOB
HaeT OCHOBaHHe aBTOPaM IIpeanoJiarath MeHbIIYI0 3((heKTHBHOCTh Npena-
partoB I rpynmel B JleYeHHH M BO3MOXXHBLIA NPOAaPHTMOreHHbIH s ekT npH
HX MCMOJIb30BaHHH. MIMeeTcsi OCHOBaHHWe MpeArnoJaraTh O IOJOXHTEIbHOM
BIMSIHHH aHTHapHTMHYECKHX MNpenapaToB, He GJIOKHPYIOLIMX HaTpHEBhie
KaHaJlel, — cOTajosla, Hajonosa, GpeTHinyma, [uaTHasema [7,13,56].

B smuTepaType HMeIOTCH eIMHHYHBE yKasaHHs Ha 3((eKTHBHOCTH
npefynpeXXieHHs XeJy[0YKOBLIX HapylIIeH:HH PHTMa TIpH NIpHMEHEHHH TIpo-
TNpaHoJI0/ia H AH30NHPaMH/ia, HECMOTPS Ha TO, YTO OHH MOTYT NMPHBOAMTE K
eme Gosee BrlpakeHHOMY moabemy cermedta ST [5]. Ycranoneno, uro
noxbeM cermenTa ST yMeHbIllaeTcs O] BIHAHHEM KaTeX0JaMHUHOB, B-ajpe-
HOMHMMETHKOB, 0.-apeH06I0KaTOPOB, OIHAKO AaHHKIX 06 HX 3 (EeKTHBHOCTH
NpeoTBpalleHHs] apATMHUI aBTOpH He mpuBoasaT [34,49].

HMmeloTcs faHHBIE O MPENOTBPAIIEHAN PeLHAHBHPOBAHASA (DHOPHIIALMHA
KeJIyIoYKOB NIPH BHYTPHBEHHOM BBe[eHWH H3onpoTepeHona [43]. Ilpen-
NPHHHMAJIHCh MONBITKH HasHaueHHS TaKHM NaLHeHTaM aMHOIOPOHa, OIHaKO,
no JaHHBIM caMuX GpaTheB Bpyrana, mpuem storo npenapara (amuonopona)
¥ B-afpeH06/I0KaTOPOB He NpeAynpeXaaeT BHE3aNHYIO CMEPTh Y NalHEeHTOB
[17]. i

Onnako, 1Mo pesy/ibTaTaM HCC/IEOBaHHH  HEKOTOPHIX aBTOpOB [22,
29], mpHeM aMHOIOpOHa Ha (OHe HMIIAHTHPOBAHHOrO KapAHOBEpTepa-
AepuOpHIIATOPa MOXET YMEHBLIHTb YacTOTY €ro paspsifioB.
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Ecte naunsie [19], yro npemukTopom mepexona GeccHMITOMHOro
cuHapoMa Bpyrana B cHMNTOMHBIA MOXXeT CJIy)XHTb 6oJiee JUIHHHBIA HHTep-
Baa H-V (59+8 mc npotus 48+11 Mc); oguuM U3 (aKTOPOB PHCKa BHesar-
HOW CMepTH NPH JaHHOM CHHIPOME CYHTAeTCs yBeJIHYeHHe IIOLIaH [oBepX-
HOCTH TeJia, ¢ KOTOpO# perHcTpupyetcs nogbem cermenta ST npu moBepx-
HocTHOM KaprtupoBaHuH IKI, B YacTHOCTH, y GOJbHEIX, Y KOTOPHIX IpH
NpOrpaMMHPOBaHHON JXeNYN0YKOBOH CTHMYJSUMH OhlJa HHAYLHPOBaHA
JKeJIy/IoOUKoBas TaxWKapius. DTOT NoKasaTeJb Gbu1 pasen 183+139 cm?,
npotuB 52+58 cm? y GOJIBHBIX NPH OTCYTCTBHM MHAYKuMM (mis muiouagu
50 cM? u Gosiee MOSHTHBHBIA M HEraTHBHHIH NpPeJHKTOPHBIE YPOBHH COCTa-
BusiH 92 1 60% cCOOTBeTCTBEHHO). B 5TOM e MCCJIENOBaHHH HaJHUYHe
TNO3HHX MOTEHLHAJIOB TaKXKe KOPPEeJHPOBaJO C HHAYKUHEH JXesyI0YKOBOH
TaxukapAuH (MOSHTHBHEIA W HEraTHBHBIA NPeNUKTOPHHE YpoBHH 100 M
75% cooTBeTcTBeHHO) [3,16,20].

B HacTosillee BpeMsi eIMHCTBEHHBIM JOCTOBEPHO S((eKTHBHLIM METO-
JIOM JleyeHHsl NMalHeHTOB C CHMNTOMHBIM BapHaHTOM cHHApoMa Bpyrapma
CYHTaeTCs HMIUIaHTaUHA KapAuoBepTepa-fedHOGpHIIATOPA, NpefOTBpa-
LIAIOLIero SMHSOAN BHesanmHo# cmeptH [3,7].

UmnaanTtrpyemsie [3,7] kapauoBepTepH-nedHEPHINATOPH MPH-
MEeHSIOTCS TaKXXe B JIeYeHHH XPOHHYECKOH ceplieYHOH He0CTATOYHOCTH B
COYETaHHH C ONHOBPEMEHHHIM NpHeMoM GOJIbHBIMH [-afipeH06J0KaTOpOB
(cotamon c¢ mepneHHHM THTpoBaHHeM Ho3n — c 40-80 mr/cyT npu
HCII0JIb30BAHHH B f03aX He 6osee 160 Mr/cyT y BSpoCJEIX), 4TO MO3BOJISET
CHHXKAaThb PHCK CMepTH y GOJBHBIX C HIIEMHYecKoH GOJIe3HBIO cepaua H
CHH)XEHHOH (pakuued BhIOpoca JIeBOro XeJyfoyKa Jaxe NpPH OTCYTCTBHH
CHMITOMHEBIX XeJyJOUYKOBHIX apuTMui [8,15].

B nocsieguue ros B auTeparype [4] coobinaetcs o6 shdekTHBHOCTH
Pa3NMYHBIX TepaneBTHYECKHX IOAXONOB S NMPO(pHIAKTHKH BHE3aNnHOH
cmepTH npu cunapoMe Bpyrana (ta6a. 2).

W3 aHTHapUTMHYECKHX NpenaparToB Kjaacca 1A aBTOpH NpeanoyTeHHe
OTHAIOT XHHHAMHY, YMEHbUIAOUleMYy TPaHCMYpaJbHHH 3JeKTpHYECKHH
rpajiHeHT, BIMAIONEMY Ha TPaHSHTOPHHH Hcxomsmui Tok (I,), Aas
YCTpPaHeHHs XXe TaK HashlBaeMOro ¢3JeKTPHYECKOTo IUTOPMa» NPHMEHSIOT
usonpoTepeno. Wsnaraiotes TakKe IM0KasaHHs K HMILIAHTALHMH Kap/Ho-
BepTepa-Aedu6puaasitopa (y GOJNBHHIX CO CIOHTAHHBIMH M HHAYLHpO-
BaHHLIMH H3MeHeHHsMH DKT) [4,12,53].

B 2005r. ony6auKoBaHbH paGoTH, NMOCBSLIEHHBE H3YYEHHIO
THCTOXMMHYECKHX H3MeHeHHH MHOKapZa NpH BHE3alHOH CMEepTH C LeJbio
PaHXXHPOBAHHUS NPH3HAKOB 110 CTeNeHH HX sHauumocTH [1] . B pesyabraTte
HCCJIe[IOBaHHH OBUIH BhIfENEeHB 3 IPyNNbl MPHSHAKOB HH(OPMATHBHOCTH.

I[Tepas rpynna — BEICOKOMH(OPMaTHBHEIE NPH3HAKH — THIEPTPOdHUs
KapAHOMHOLMTOB, ()parMeHTalHs MBIILIEYHLIX BOJOKOH, MeJKOOYaroBhiH
Kap[HOCKJIepo3, KPYIHOOYaroBHHi KapAHOCKJEpO3.
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Tabauya 2
3¢ppexmusHOCMb PASALUHBIX MEPANEBMULECKLX nodxodos 15 npousaKmuKy
enesannoll cmepmu npu cundpome Bpyzada (3.B.I'enepoaos u coaem., 2006)

MeTron bdexTHBHOCTD
JeduGpunnaTop-KapAHOBEPTED BbICOKas
PapuoyacToTHaA abnalys HEH3BECTHA
Kapu"mmymop HEHU3BECTHA

JlexapcTBeHHbIE NPENapaThl

AMHOJAapOH . HHM3Kas
B-anpeHo610KATOPE! HU3Kas
H3onpoTepeHoin CpefHAs
Wuruburops! hochoauacTepassl u cpeaHas
AHTHApHTMHYECKHE NpenapaTsl kiacca MPOTHBONOKA3aHBI
IC

AHTHAPHTMHYECKHe npenaparh! kiaccca IA
HoBokauHaMHA NpOTHBONOKa3aH
Jn3onHpaMAn COMHHTENIbHAS
XHHHOAUH cpenHss
TenucaMun HEeH3BECTHa
BroxaTops! Ijo BEpPOATHO 3¢ eKTHBHEI

Bropas rpynna — OTHOCHTEJbHO HH()OpMaTHBHLIE IPH3HAKH — MOJIHO-
KpOBHe KalHJ/UISPOB M BeHYJ, aTpO(Hs MbIIEYHLIX BOJOKOH, OYaroBblH
MHOJIH3, [AHane/le3HOe KPOBOHSIHSHHE. :

TpeTthbs rpynna — MaJoOMH(OPMAaTHBHbIE NPH3HAKH — BaKyOJH3alHs
KapJMOMHOLMTOB, BOJHOOGpasHas AeopMaLMs MBIUEYHLIX BOJOKOH, Haby-
XaHWe SHJIOTEeJHOLHTOB apTepHos (sHHOTenHos), pesakcauysi capKoMepoB
MBIIIEYHBIX BOJIOKOH.

B npyro# pabore [2] npuBoasiTcs faHHbIe HCCAEIOBaHHAS CONEPIKAHUS
Bojibl, snekTpoauToB (K*, Na*) B pasinuHbIX OTAENaX CepALa y MPaKTHYECKH
3I0POBHIX H Yy BHE3amHO YMEpLIHX NPH MaKPOCKOMHYECKH HOPMaJbHOM
cepaue (MaTepHan MHOKapfia BSAT M3 pasHBIX OTAENOB CepAla: MpaBoro,
JIEBOTO XKeJIYIOYKOB, MEXKeJy0YKOBOH Neperopofiki Ha ypoBHe BepXHeH,
cpefHel, HHXXHEH TPeTH; Cpeskl MaTepHaJa focje crnelHaJbHoR 06paboTKH
NIPOCMaTPUBAJIUCh C HCIOJb30BaHHEM 3JIEKTPOHHOrOo MHKpockoma YEM-
100-B) . ;

ITpu rucTo/MOrHYECKOM HCCIENOBaHHH B MHOKape aBTOP YCTaHOBHJI
pe3Kkoe BeHO3HOe H KalHJISIpHOEe MOJHOKPOBHE, pacllMpeHHe BeH, NepHKa-
MUJISIPHBIA, HHTEPCTHLHANBHLIA OTeK, HepelKo (parMeHTalHs OTAeNbHBIX
MBIIIEYHbIX BOJIOKOH.

B cTeHKax MeJKHX H CPelHHX apTepHH YacTO BCTpeyalHch MJa3Ma-
THYECKHe NPONMHUTHIBAHHS HHTHMEI, H CIIasM CO CTOPOHHI MeJIKHX HHTpaMy-
paJbHBEIX apTepHH, HabyXilHe MblllIeYHbIe BOJOKHA ¢ HEYETKOH IoNepeyHoH
HCYEPYEHHOCTBIO M fIBJEHHAMH KapHONHMKHO32, KapHOpeKCHCa.

CopepxaHHe e BOJIbl, KaJIHsl, HATPHSA Y BHE3AIIHO yMepIIHX B MHOKap-
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Jle TIpaBoro )XeJyJAo4ykKa IpH CTPYKTYPHO HOPMalbHOM Cepjlle A0CTOBEpPHO
He OTJIHYaeTCs OT AaHHBIX KOHTPOJbLHOM IpyMNIkl; OAHAKO B MHOKap/e JIEBOro
JKesly/louKa H MeXOKeJy[NOoYKOBOH Ieperopojke BhISIBJEHBE JOCTOBEpHOe
npeBhleHHe BOAb, HaTpus (rumepruapaTaumsi, rHNepHAaTpHEMHs) H
yMeHblIeHHe KOHLeHTpauHH Kanus (rHmoxanuemmusi), YTO, BOSMOXHO,
CBfI3aHO C NMEpBHYHOH HIUEMHeH KapAHOMHOLMTOB. DTH AECTPYKTHBHHE H
o6MeHHbIle HapyLIeHH}s, OJaBJIsisl COKPAaTHTEJBHYIO CIoco6HOCTh MHOKApJia,
B KOHEYUHOM MTOre MOTYT PHBECTH K OCTaHOBKe cepaua (BHesanHoM cMepTH)
NpH OTCYTCTBHH CTEHO3HPYIOLIEro aTepoCKJepo3a KOpPOHAapHHIX apTepHH
M NPHCYTCTBHH MOBpeXJeHHs HUIEMH3HDOBAHHOH 30HBI CTPeCCOPHBIMH
dakTopamu (agpeHepruyeckuii KOMIOHEHT — CIasM MYCKYJaTyphl aHAaTo-
MHUYECKH He H3MeHeHHBIX KOPOHapHBIX apTepH# C BTOPHYHEIM HIIEMHYeCKHM
nospexxnenHeM Muokapaa) [10].

Hamu npoBeleHO KJIHHHKO-HHCTPYMEHTaJbHOE HCCJENOBaHHE MeTo-
namu DKI' B 12 o6luenpHHATHIX OTBEJEHHAX H 3XoKapauorpaduu y 200
JieTel ¥ MOAPOCTKOB C COeJHHUTEJbHOTKAHOH AHCNIasHed — THIepMoGHIb-
HOCTBIO cycTaBoB H y 100 geTel ¢ MaJbIMH aHOMaJMSIMH PasBHTHS cepiua
(mponanc MuTpanbHOrO KijamnaHa, AONOJHHMTEJbHas XOpAa M TpaGeky/a B
TIOJIOCTAX JKeJyAOYKOB, HaJHYHe YIJIOTHEHHS KJalaHOB CepAla H HeKo-
TOPHIX BPOXKIEHHHIX MOPOKOB CepALa).

Cunppom Bpyrana namu 6bu1 BuisiBieH y 4 (2%) GoabHBIX ¢ rumep-
MOGHJILHOCTEIO cycTaBoB H Y 2 (2%) 6oMbHEIX ¢ HalHYHeM MaJIbX aHOMaIHH
pasBuTHs cepaua (mposianc MHUTpaJbHOrO KjamnaHa y OfHOTO, a y APYroro
— IpoJialic MHTPaJbHOrO KJamnaHa B COYETaHHH C YTOJILEHHEM aopTalb-
HBIX KJIallaHoB).

OTnespHyI0 Ipynmy HcclefOBaHHBIX cocTaBHJIM 19 nertedt u mox-
POCTKOB ¢ MapdaHonofo6HEM cHHApoMoM [46] 1 Gonesnbio Mapdana [17].
KT ¢eHomen cuHapoMa Bpyraga I Tuna Hamu 6hii BHISIBIEH y Tpex
TNalHeHTOB C MpOSBJEHHAMH COEIWHHTENbHOTKAHOM AMCIJIAasHH cepiua H
KOCTHOW cucTeMbl (ZedopMalusi TpyAHOM KJIETKH, MCKPHBJEHHS MO3BO-
HOYHHKA, TYTONOABHXXHOCTb CyCTaBOB, MpOJallc MHTPaJbHOrO KJjanaHa,
LOTONHUTeNbHAs Xopa). ¥ Beex nauuentoB ¢ K[ peHOMeHOM CHHApOMa
Bpyrana omHoBpeMeHHO perncTpupoBaiuch Ha DKI yacTHuHas 6JoKaja
MpaBoH HOXKH myuka ['Mca, ykopouenue uHTepBana P-Q (¢denomen Clere-
Levy-Critesco), CHHAPOM paHHe# pernoJspHSalHH XeJyIoYKOB — ICeBJ0-
KopoHapHuIH nogbeM cermenta ST [9] ¢ couerannem Boanu U B CTaHAApHLIX
H JIeBhIX IPYAHLIX OTBEJEHHSX.

Cunnpom Bpyraja Tpe6yeT AaibHeflero H3yyeHHs] KapAHOJOTaMH,
KapAMOXHPYPraMH, NefHaTpaMH, reHeTHKaMH H CIELHaJHCTaMH 3JeKTpo-
(H3HOJIOTHYECKHX METOJ0B HCCJENOBaHHS CepALa.

Takum o6pasoM, sJekTpoKapauorpaduueckus cuHapom Bpyrana
MoXeT OLITh BHSBJeH TakXe y 6G0JbHHX C HalHYHEM MHCIJIAsSHH
COEJHHHTEJLHOH TKaHH.

Ilocmynunra 14.04.09
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£pmqunujh hwiwfuwnmwbhy b zwnwhgwllmfi lumm[wo?h
nhuwjughw

U.U. Stp-Guwpuuwjui, Up.U. Gwjunjul

fpmqunujh hwiwjnnwGhzp  YihGhynpbG pGnpnzyond £ npw-
qGugnipjul npjuwqGbpny b hwGijuwpdwdiwhnipjui nhwpbpny: Uwhwguo
hhyw@nGph Wnwn whnwpwlwywi hnthnjunipjniGibp s46 hwjnGw-
phipynui: {wiwfunwGhzh Elayunpuwupnugpuijub Gpwl G6 hwighuwlnud
wy YpopwhG wpnwonuwiGupnd (V1-V3) ST ubgiblnh pupédpwgnuip,
QRS hwiwihph ntdnpiwghwi, npp Giwl t {huh fupdhyh we nwhyh-
dwulwyh yud wipnneuiwl wwywpiwbp, P-Q hGwbpjuih tplw-
pugnuip:

Stnwgnunyby £ 200 hhywin hnnbph qbpwpdniGnipjwl whinw-
Ghpny, 100 hhjwGn® upnh qupqugiwb thnpp windwihwbpny L 19
hhyw6n’ UwpbwGh hhjwlnmpjudp L dwphwlunhy hwdwhnwihyng:
4nntiph qbppwpdniGnipjwG L upnh qupqugiwG thnpp windwihwGbpng
hpywbnGtph dnn £pniqunpujh hwdwhmwGhyp. hwjmGupbpyb £
nbwptph 2%-md, hul Uwpdwlh hhwbnnipyudp b Swpdwlumhy
huwdwjunwGhyny hhywGnGbph dmn® nhwptph 15 %-mu:

‘Lhpyuwjnuiu Apmiqunujh hudwjunwGhphny hhjwGnGiph poiddwG
wpryniGuybn dheng & hwlnhuwlnd jupghnbpnbph hdwjwGnwghwi,
npp JuGfund £ hwGiupéwdwhnipjul nbwpbpp:

Brugada syndrome and conjunctive dysplasia
A.A. Ter-Galstyan, Ar.A. Galstyan

Clinically and electrocardiographically Brugada syndrome is characterized
by syncopic episodes and sudden death cases and there were not found any patho-
logical changes in deceased patients.The electrocardiographic indications of the
syndrome are ST segment elevation in right precordial leads (V1-V3), QRS com-
plex deformation similar to partial or total bundle branch block, and P-Q interval
acceleration. }

200 patients with joints” hypermobility, 100 with small anomalies of heart
development and 19 with Marphan disease and Marphan-like syndrome were in-
vestigated. ECG phenomenon of Brugada was revealed in 2% of patients with
joints’ hypermobility and small anomalies of heart development and in 15% of
patients with Marphan disease and Marphan-like syndrome.

At present the effective method of the treatment of patients with Brugada
syndrome is implantation of cardioverter defibrillator, which prevents the episodes
of sudden death.



Memuunnckas Hayka Apmennn HAH PA  Ne 3 2009 25

10.
11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

JIateparypa

Barasn B.I'. HekoTophe TrHCTOJOTHYECKHe NpH3HAKH MOPaXKeHHA MHOKapAa NpH
BHesanHoi cepreyHo# cMeptH. Becthnk MAH3B, CII6., 2005, 10,5, c.162-165.
Barasn B.I. Mopdosoriyeckas OUeHKAa MHOKapAa y JIHL, BHe3aNHO YMEpIUHX MpH
MaKpOCKONHYecKH He MsMeHeHHOM cepaue. Becthuk MAH3B, CII6., 2005, 10, 5, c.
166-168.

Bamymun H.T., Ckasnnas E.B. Cannpom Bpyrana. Kapmuonorns, 2003, 11, c. 80-85.
Teneposos 3.B., [uaspos M.IO., Hosuxosa H.A. u coasm. Cunnpom Bpyraza: o6sop
JUTepaTyphl H KAHHHYecKoe HabalofeHHe HeOOHIYHOro TeyeHHs 3a60JeBaHHA.
Kapanoaorus, 2006, 9, c.77-87.

JAynasxoe JI.B. Bnoxana npasoi HoXKH myyka ['nca, nogsem cermenta ST B OTBefleHHAX
V1 —V2 (V3) u onacHble [ JKH3HH HapylleHHs ceplieyHoro putMa. Kapamosorus,
2001, 8, c.43-51.

Heanos I.I"., Cuemnes A.C., Coipxun A.JI. u coaem. OCHOBHHE MeXaHHSMHE!, TIPHHLHME!
NporHo3a ¥ NpodHIaKTHKH BHesamHo# ceppeyHol cmeptH. Kapmmosorus, 1998, 12, c.
64-73.

Makapoe JI.M., Bpyeada II., Yynposa P.LI. u coaem. Kaunuko-
sJeKTpokapaHorpaduyeckne oco6eHHOCTH cuHApoMa Bpyrama (kaunHueckoe
Ha6mofieHHe ceMelHOro caydas H 0630p Jutepatyphl). Kapamonorns, 2002, 11, c. 94-
100.

Mapees B.IO. Bo3amoXHo JIH ycnellHoe NpeAoTBpalleHHe BHe3amHON CMepTH Y 60JbHbIX
C XPOHHYeCKO¥ ceplieyHOH HeNOCTAaTOYHOCTHI0O H AMCYHKUHeH JIeBOro XKeJayfouka.
INpenapatst uau annapatsl. Kapauonorus, 2004, 12, c.4-14.

Mpassan C.P., Pedoposa C.H. KT — deHomeH noxbema cermenta ST, ero NpHUHHE K
KIHHHYecKoe sHaueHHe. Kiunuueck3s Memuiumna, 2006, 5, c. 12-18.

Ilsacman A.3. BHesannas cepiieyHas cMepts. M., 2002.

Aligs M. Wilde A. “Brugada” syndrome: clinical data and suggested pathophysiological mecha-
nism. Circulation, 1999, 99, p.666-673.

Antzelevitch C., Brugada P., Barggrefe M. et al. Brugada syndrome. Report of the second
consensus conference. Circulation, 2005, 111, p. 659-670.

Antzelevitch Ch, Brugada P.,, Brugada J. et al. The Brugada syndrome. New York: Futura Pbl.
Co Inc., 1999:99.

Atarashi H., Ogawa S., Harumi K. Characteristics of patients with right bundle branch block
and ST-segment elevation in right precordial leads. Am. J. Cardiol., 1996; 78; 581-584.

Bardy G The Sudden Cardiac Death-Heart Failure Trial (SCD-Heft), presented at the American
College of Cardiology Annual Scientific Session. New Orlean, 2004.

Brugada J., Brugada R., Antzelevitch C. et al Long-term follow-up of individuals with the
electrocardiographic pattern of right bundle branch block and ST-segment elevation in precordial
leads V1 to V3. Circulation, 2002, 105, p. 73-78.

Brugada J., Brugada R., Brugada P. Brugada syndrome. Arch.Mal. Coeur. Vaiss, 1999, 92, p.
847-850.

Brugada P., Brugada J. Right bundle branch block, persistent ST segment elevation and sudden
cardiac death: a distinct clinical and electrocardiographic syndrome. J.Am.Coll. Cardiol., 1992,
20, p.1391-1396.

Brugada P, Geelen P, Brugada R. et al. Prognostic value of electrophysiologic investigations in
Brugada syndrome. J.Cardiovasc. Electrophysiol., 2001; 12; 1004-1007.

Brugada R. Use of intravenous antiarrhythmics to identify concealed Brugada syndrome.
Curr.Control.Trials Cardiovasc. Med., 2000, 11, p.45-47.

Cau C. The Brugada syndrome. A predicted sudden juvenile death. Minerva Med., 1999, 90, p.
359-364.

Chalvidan T., Deharo J., Dieuzaide P. et al. Near fatal electrical storm in a patient equipped
with an implantable cardioverter defibrillator for Brugada syndrome. Pacing Clin. Electrophysiol.,
2000; 23; p.410-412.



26

Menuunuckas nayka Apmennn HAH PA  Ne 3 2009

23.
24,

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

4]1.

42.

43,

Chen S., Kuo C., Lin K., Chiang F. Brugada syndrome without mutation of the cardiac sodium

channel gene in a Taiwanese patient. J.Formos.Med.Assoc., 2001; 99; 860-862.

Clancy C., Rudy Y. Na(+) channel mutation that causes Poth Brugada and Long-QT syndrome

phenotypes: a simulation study of mechanism. Circulation, 2002; 105; 1208-1213.

Eckardi L., Bruns H., Paul M. et al. Body surface area of ST elevation and the presence of fale

potentials correlate to the inducibility of ventricular tachyarrhythmias in Brugada syndrome. J.

Cardiovasc. Electrophysiol., 2002; 13; p.742-749.

Gonzalez Rebollo J., Hemandez Madrid A., Garsia A. et al. Recurrent ventricular fibrillation

durings febrile illness in a patient with Brugada syndrome. Rev. Esp.Cardiol., 2000; 53; p.755-
757.

Hata Y., ChibaN., Hotta K. et al. Incidence and clinical significance of right bundle branch block
and ST segment elevation in V1-V3 in 6 to 18 year-old school children in Japan. Circulation,

1997, 97, p. 2310.

Kakishita M., Kurita T., Matsuo K. et al. Mode of onset of ventricular fibrillation in patients:
with Brugada syndrome detected by implantable cardioverter defibrillator therapy.

J.Am.Coll.Cardiol., 2000, 36, 1646-1653.

Kalla H., Yan G, Marinchak R. Ventricular fibrillation in a patient with prominent (Osborn)
waves and ST segment elevation in the inferior electrocardiographic leads: a Brugada syndrome
variant? J.Cardiovasc Electrophysiol., 2000; 11; p.95-98.

Kurita T., Shimizu W., Inagaki M. et al. The electrophysiologic mechanism of ST-segment
elevation in Brugada syndrome. J.Am. Coll.Cardiol., 2002, 40, p.330-334.

Matsuo K., Kurita T, Inagaki M. et al. The circadian pattern of the development of ventricular
fibrillation in patients with Brugada syndrome. Eur.Heart J., 1999, 20, p.465-470.

Mc Kenna W., Thiene G, Nava A. et al. On behalf of the Working group Myocardial and
Pericardial Disease of the European Society of Cardiology and of the Scientific Council on
Cardiomyopathies of the International Society and Federation of Cardiology supported by the
Schoepfer Association. Diagnosis of Arrhythmogenic Right ventricular Dysplasia/Cardiomy-
opathy. Br.Heart.J.,1994; 71; p. 215-218. :

Metzgem J., De Chillou C., Cheriet E. et al. Value of the 12-lead electrocardiogram in
arrhythmogenic right ventricular dysplasia and absence of correlation with echocardiographic
findings. Am. J.Cardiol., 1993; 15; p. 964-967.

Miyazaki T., Mitamura H., Miyoshi S. et al. Autonomic and antiarrhythmic dysfunction in
Brugada syndrome . Circulation, 2002; 105; p. 702-706.

Mokaddem A., Chattaoui R., Sdiri W. et al Brugada syndrome. Tunis Med., 2001, 79, p. 563-
573.

Monroc M., Littmann L. Two-year case collection of the Brugada syndrome electrocardiogram
pattern at a large teaching hospital. Clin. Cardiol., 2000; 23; p.849-851.

Naccarelli G, Antzelevitch Ch. The Brugada syndrome; Clinical, genetic, cellular and molecular
abnormalities. Am.J.Med., 2001, 110, p. 574-581.

Nadamancy K. Sudden Unexplained Death Syndrome in Southeast Asia. Am.J.Cardiol., 1997;
79;10-11.

Nagase S., Kusano K., Morita H. et al. Epicardial electrogram of the right ventricular outflow
tract in patients with the Brugada syndrome: using the epicardial lead. J.Am.Coll.Cardiol.,
2002, 39, p. 1992-1995. .

Namiki T., Ogura T., Kuwabara Y. et al. Five-year mortality and clinical characteristics of adult
subjects with right bundle branch block and ST segment elevation. Circulation, 1995; 93; 334-
336. :

Parish R., Tucker M., Ing R et al. Sudden unexplained death syndrome in Southeast Asian
refugees: a review of CDC survillance. In: CDC surveillance summaries. MMWR, 1987; 36;
43SS-53SS. :

Paydak H., Telfer E., Kehoe R. Brugada syndrome: an unusual cause of convulsive syncope.
Arch.Intern. Med., 2002, 162, p. 1416-1419.

Priori S. Brugada syndrome and sudden cardiac death in children. Lancet , 2000, 355, p. 808-
809.

Priori S., Aliot E., Blomstrom-Lundgvist C. et al. Task Force on Sudden Cardiac Death of the



Menuuunckas nayka Apmenns HAH PA  Ne 3 2009 27

45.

47.

48.

49.

50.

51
52,

53.

54.

55.

56.

57.

58.

59.

European Society of Cardiology. Eur. Heart. J., 2001; 22; 1374-1450.

Priori S., Napolitano C., Schwariz P. et al. The elusive link between LAT3 and Brugade syn-
drome. Circulation, 2000, 102, p. 945-947.

Rook M., Bezzina-Alshinawi C., Groenewegen W. et al. Human SCN5A gene mutations alter
cardial sodium channel kinetics and are associated with the Brugada syndrome. Cardiovasc.
Res., 1999, 44, p.507-517.

Sangwatanaroj S., Prechawat S., Sunsaheewitayakul B. et al. New electrocardiographic leads
and the procainamide test for the detection of the Brugada sign in sudden unexplained death
syndrome survivors and their relatives. Eur. Heart. J., 2001; 22; 2290-2296.

Shimizu W,, Aiba T, Kurita T., Kamacura S. Paradoxic abbereviation of repolarization in epicar-
dium of the right ventricular outflow tract during augmentation of Brugada-type ST segment
elevation. J.Cardiovasc.Electrophysiol., 2001; 12; 1418-1421.

Shimizu W., Kamakura S. Catecholamines in children with congenital long QT syndrome and
Brugada syndrome. J.Electrocardiol., 2001; 34; 173-175.

Smits J., Ekardi L., Probst V. et al. Genotype-phenotype relationsship in Brugada syndrome;
electrocardiographic features differentiale SCN5A-related patients. J.Am.Coll.Cardiol., 2002,
40, p.350-356.

Suzuki H., Torigoe K., Numata O., Yazaki S. Infant case with a malignant form of Brugada
syndrome. J. Cardiovasc. Electrophysiol., 2000; 11; 1277-1280.

Tan H., Kupershmidt S., Zhang R. et al. A calcium sensor in the sodium channel modulates
cardiac excitability. Nature, 2002, 415, p. 442-447.

Tanaka H., Kimoshita O., Uchikava S. et al. Successful prevention of recurrent ventricular
fibrillation by intravenous isoproterenol in a patient with Brugada syndrome. Pacing. Clin,
Electrophysiol., 2001, 24, p. 1293-1294.

Tatsanavivat P.,, Chiravatkul A., Klungboomkrong V. et al. Sudden unexplained death in sleep
(Laitai) of young men in rural Northeastern Thailand. Int.J. Epidemiol., 1992, 21, 904-910.
Teo W., Kam R., Tan R. et al. The Brugada syndrome in a Chinese population. Int.J.Cardiol.,
1998; 65; p. 281-286.

The Sicilian gambit. A new approach to the classification of antiarrhythmic drugs based on their
action on arrhythmogenic mechanisms. Task force of the working group on arrhythmias of the
European Society of Cardiology. Eur.Heart.J., 1991; 12; 1112-1131.

Tohyou J., Makazawa K., Ozawa A. et al. A survey in the incidence of right bundle branch block
with ST segment elevation among normal population. Jpn.J.Electrocardiol., 1995; 15; 223-226.
Wan X., Chen S., Sadeghpour A. et al. Accelerated inactivation in a mutant Na+ idiopathic
ventricular fibrillation. Am.J. Physiol., 2001; 208; H354-H360.

Wang D., Makita N., Kitabatake A. et al. Enhanced Na+ channel intermediate inactivation in
Brugada syndrome. Circ.Res., 2000; 87; 37-40.

Wichter T., Mathea P.,, Eckardi L. et al. Cardiac autonomic dysphunction in Brugada syndrome.
Circulation, 2002; 105; 702-706.



